History.-For the past three years has had an increasing tremor of the right hand and arm, and for one year tremor of the left arm also. Speech has been slow, and, at times, indistinct, for over a year. When aged 10 she had difficulty in walking; this lasted about two years, and was attributed to frequent knife-like " rheumatic " pains in the right leg. These occurred daily for three years, but are now less common; they occur rarely in the left leg and right arm. She has always had periodic frontal headaches, and, recently, has had attacks of vomiting with or without headache. Had attacks of giddiness a year ago. Was backward at school; left school at age of 12. Is restless, timid, and sometimes irritable. Nocturnal enuresis from the age of 10 till recently.
On examination.-Vacant. expression; some facial rigidity. Backward and childish; memory fair; cheerful; no insight. Speech slow, syllabic, and monotonous.
Kayser-Fleischer ring present as a ring of golden-brown pigment near the limbus of the cornea, most dense in the upper and lower parts, and gradually fading off towards the centre. With the slit-lamp the pigment is seen to be in the posterior layer of the cornea; the ring is about 5 mm. wide, and begins 1 mm. from the corneal margin.
Cranial nerves normal, except for slight lower right facial weakness and some weakness in closure of both eyes. Coarse rhythmic tremor of right hand and arm; absent when arm is at rest; increased by attention or voluntary movement. Similar, but less noticeable, tremor in left hand. Occasional tremor of head. Some rigidity, of Parkinsonian type, in arms and legs; early flexor contracture of right knee. Slight general weakness. Reflexes all normal. No sensory loss.
Liver not felt; spleen palpable J in. below costal margin on deep inspiration.
Cerebrospinal fluid: Pressure 135 mm. 1 cell. Protein 0 120%. Pandy positive; Lange 0011220000. Wassermann negative in C.S.F. and blood. Laevulose tolerance tests: Normal. Family history.-Mother normal. Father " nervous and irritable"; his grandfather died in an asylum, and his sister was in an asylum for eight years.
Patient's elder brother died in an asylum, at the age of 16. He was examined here at the age of 12. He had a vacant expression, and lay with his mouth open dribbling saliva. There was considerable mental retardation, and his speech was monotonous, slurred and indistinct. The right side of the mouth drooped slightly, and both eyelids were weak. The right thumb was adducted and the fingers a little flexed. Tone was slightly increased in the right arm. There was some tremor of the right hand and slight weakness of the right arm. Reflexes normal. No sensory loss. Some difficulty in walking. Liver just palpable; spleen not felt. Blood
Wassermann reaction was positive. Cerebrospinal fluid: Protein 0V06%. Pandy, weakly positive. Lange, no change. Wassermann reaction negative. A photograph of this boy at the age of 15 is highly suggestive of Wilson's disease. At autopsy the brain showed considerable atrophy of the basal nuclei on the left side. The aorta showed syphilitic aortitis. The liver was cirrhotic, and the spleen fibrous, weighing 16* oz. Cause of death certified as juvenile G.P.I.
There are three other sisters, aged 12, 5 and 3. The one of 12 is backward mentally, but shows no Kayser-Fleischer ring or other signs of Wilson's disease.
The other two appear normal. The mother's blood Wassermann reaction was negative.
